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Introduction
The first description of the rare odontogenic tumor, 

ameloblastic fibrosarcoma (AFS), was in 1887 [1]. Various 
terminologies like ameloblastic dentinosarcoma and ameloblastic 
odontosarcoma were employed in the past to denote these types of 
lesions, which depended upon the presence of enamel or dentin. In 
the recent past, multiple authors considered these lesions to be the 
histological variants of the same lesion and were thought to be for 
a long time. Recently, the World Health Organization classification 
of the odontogenic tumors, ameloblastic odontosarcoma, and 
dentinosarcoma are again separately listed. Reported cases of AFS 
had ages ranging from 3 to 89 years, [2] with a mean age of all the 
reported cases summing upto 27.3 years [3], which shows that it 
has a major tendency towards the younger population. The usual 
clinical presentation is painful, but occasionally painless facial mass. 
Paresthesia and dysesthesia are the next progressive symptoms. 
Continuance of the symptomatic episodes is also gradual and has a 
varied range, from a few days to two years. When analyzing various 
published articles reporting cases of AFS and literature reviews, it 
can be seen that more than 32% of the reported cases of AFS were 
recurrences and this points towards a slightly increased rate of 
recurrence which further necessitates meticulous removal of the 
lesion [4].

Radiographic AFS, as per reports, is an expansile destructive 
mass with ill-defined and irregular borders. The gross tumor 
appearance varies from cystic or solid with a fleshy whitish to yellow 
consistency, which is the cause of bone destruction. Histologically, 
the epithelial component mimics the developing enamel organ,  

 
and the mesenchymal cells vary from hyperchromatic spindle to 
satellite and exhibit moderate to marked nuclear pleomorphism 
with a high number of mitotic figures. Fibroblastic presence is 
seen ultra structurally. Immuno histochemically, multiple reports 
showed that while ameloblastic fibroma shows negativity towards 
the p 53 and proliferating cell nuclear antigen (PCNA), AFS show 
positivity towards the same [4]. Recurrent AFS shows higher 
labeling indices for Ki-67 as compared with non- recurrent AFS, 
and the same can be used to identify between the same and can be 
managed accordingly [5,6]. 

Management
Since AFS is a rare entity, the reported literature available is 

very limited in nature. The oddity of the lesion does not make it 
exempted from the differential diagnosis of multiple lesions until 
proven differently. Widely acknowledged treatment modality 
for AFS is a combination of chemotherapy and radiotherapy, 
accompanied with wide surgical resection. Local control is strongly 
dependent on the extent of the initial resection, and conservative 
surgery must be abandoned and replaced by wide surgical resection 
with the surrounding soft tissue, particularly when the cortical 
plates have been perforated. As mentioned above, since more than 
30-40% [7] of the reported cases is recurrences, the patient should 
be kept under long-term follow-up as the reported ages show a 
wide variance. 

Previously, curettage, enucleation, and local excision have 
typically been utilized in the surgical procedure [8] and have failed 
exponentially with recurrence. In multiple reported cases, it can be 
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Abstract

Ameloblastic Fibrosarcoma is an extremely rare odontogenic tumor with unclear etiology, which has clinical and radiological features 
similar to other odontogenic tumors. The rarity of these neoplasms plus their overlapping features with other odontogenic tumors can make 
diagnosis challenging. These cases should be discussed and reviewed by oral pathologists in multidisciplinary conferences, dealing with 
sarcoma, at national and international level.
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seen that the combination or adjuvant chemotherapy is regarded 
as having provided complete remission of large lesions without 
recurrences [7]. The most effective chemotherapeutic regimes 
which have most effect seems to be a daily oral cyclophosphamide, 
weekly intravenous actinomycin-D, and vincristine, along with post- 
operative radiotherapy, with maximum effect reported with 50 Gy 
doses. Many authors mandatorily recommend it, when the lesion is 
large or incomplete removal is suspected [1,8]. AFS is considered 
by many as a locally aggressive neoplasm with a low potential for 
distant metastasis (4.5%) and with an overall mortality rate of 
25.4% [2,7]. Many of the authors recommend a radical resection 
along with primary neck dissection. However, authors like Kousar 
et al. [9] suggests that the radical surgical excision of the AFS 
should not be accompanied by primary neck dissection, only the 
surgical resection along with adjuvant chemo and/or radiotherapy 
is needed. 

Prognostic prediction for AFS is still under reviews because of 
the rarity of the cases [10]. Khalili M [11] reported a case of AFS, 
which underwent radical surgical resection and radiotherapy with 
no evidence of recurrence or metastasis after two years, which is 
considered as a favorable outcome. However, many other authors 
are of the opinion that given the wide range of age of incidence, two 
years cannot be considered as a safe margin for non-recurrence 
[9,10,12], and further long-term case studies should be done to 
reach a favorable conclusion [13]. 

Conclusion 
AFS is an extremely rare odontogenic tumor with unclear 

etiology, which has clinical and radiological features similar to 
other odontogenic tumors. The rarity of these neoplasms plus their 
overlapping features with other odontogenic tumors can make 
diagnosis challenging. However, from the available literature data, 
although in limited numbers, we can safely conclude that if found 
as AFS, it can be managed with acombination of chemotherapy 
and radiotherapy, accompanied with wide surgical resection. The 
patient should be kept under follow-up for a long term as long-term 
reports, and a unified recurrence data is not available.

References
1. Zabolinejad N, Hiradfar M, Anvari K (2008) Ameloblastic fibrosarcoma 

of the maxillary sinus in an infant: a case report with long term follow-
up. J Pediatr Surg 43(2): e5-8.

2. Barnes L, Eveson J, Reichat P (2005) WHO Classification of Head and 
Neck Tumors. France: IARC Press 283-328.

3. Bregni R, Taylor A, Garcia A (2001) Ameloblastic fibrosarcoma of the 
mandible: report of two cases and review of the literature. J Oral Pathol 
Med 30(5): 316-320.

4. Huguet P, Castellví J, Avila M, Aleio M, Autonell F, et al. (2001) Ameloblastic 
Fibrosarcoma: report of a case. Immunohistochemical study and review 
of the literature. Med Oral 6(3):173-179.

5. Sano K, Yoshida S, Ninomiya H, Ikeda H, Ueno K, et al (1998) Assessment 
of growth potential by MIB-1 immunohistochemistry in ameloblastic 
fibroma and related lesions of the jaws compared with ameloblastic 
fibrosarcoma. J Oral Pathol Med 27(2): 359-363.

6. Williams MD, Hanna EY, El-Naggar AK (2007) Anaplastic ameloblastic 
fibrosarcoma arising from recurrent ameloblastic fibroma: 
restricted molecular abnormalities of certain genes to the malignant 
transformation. Oral Surg Oral Med Oral Pathol Oral Radiol Endodontol 
104(1): 72-75.

7. Goldstein G, Parker F, Hugh G (1976) Ameloblastic Sarcoma. Pathogenesis 
and treatment with chemotherapy. Cancer 37(4): 1673-1678.

8. Muller S, Parker DC, Kapadia SB, Budnick SD, Barnes EL (1995) 
Ameloblastic fibrosarcoma of the jaws. A clinicopathologic and DNA 
analysis of five cases and review of the literature with discussion of its 
relationship to ameloblastic fibroma. Oral Surg Oral Med Oral Pathol 
Oral Radiol Endod 79(4): 469-477.

9. Demoor-Goldschmidt C, Minard-Colin V, Cassagneau E, Supiot S, Oberlin 
O et al (2012) Ameloblastic fibrosarcoma of the mandible: report of 2 
chemosensitive pediatric cases. J Pediatr Hematol Oncol 34(2): e72-76.

10. Kousar A, Hosein MM, Ahmed Z, Minhas K (2009) Rapid sarcomatous 
transformation of an ameloblastic fibroma of the mandible: case report 
and literature review. Oral Surg Oral Med Oral Pathol Oral Radiol Endod 
108(3): e80-85.

11. Khalili M, Shakib PA (2013) Ameloblastic fibrosarcoma of the upper jaw: 
Report of a rare case with long-term follow-up. Dent Res J 10(1): 112-
115.

12. Kobayashi K, Murakami R, Fujii T and Hirano A (2005) Malignant 
transformation of ameloblastic fibroma to ameloblastic fibrosarcoma: 
case report and review of the literature. J Craniomaxillofac Surg 33(5): 
352-355.

13. Hu YY, Deng MH, Yuan LL, Niu YM (2014) Ameloblastic fibrosarcoma 
of the mandible: A case report and mini review. Experimental and 
therapeutic medicine 8(5): 1463-1466.

Assets of Publishing with us

• Global archiving of articles

• Immediate, unrestricted online access

• Rigorous Peer Review Process

• Authors Retain Copyrights

• Unique DOI for all articles

http://biomedres.us/

http://biomedres.us/submit-manuscript.php
https://www.ncbi.nlm.nih.gov/pubmed/18280269
https://www.ncbi.nlm.nih.gov/pubmed/18280269
https://www.ncbi.nlm.nih.gov/pubmed/18280269
https://www.ncbi.nlm.nih.gov/pubmed/11334469
https://www.ncbi.nlm.nih.gov/pubmed/11334469
https://www.ncbi.nlm.nih.gov/pubmed/11334469
https://www.ncbi.nlm.nih.gov/pubmed/11500634
https://www.ncbi.nlm.nih.gov/pubmed/11500634
https://www.ncbi.nlm.nih.gov/pubmed/11500634
https://www.ncbi.nlm.nih.gov/pubmed/9526730
https://www.ncbi.nlm.nih.gov/pubmed/9526730
https://www.ncbi.nlm.nih.gov/pubmed/9526730
https://www.ncbi.nlm.nih.gov/pubmed/9526730
https://www.ncbi.nlm.nih.gov/pubmed/17577546
https://www.ncbi.nlm.nih.gov/pubmed/17577546
https://www.ncbi.nlm.nih.gov/pubmed/17577546
https://www.ncbi.nlm.nih.gov/pubmed/17577546
https://www.ncbi.nlm.nih.gov/pubmed/17577546
https://www.ncbi.nlm.nih.gov/pubmed/1260684
https://www.ncbi.nlm.nih.gov/pubmed/1260684
https://www.ncbi.nlm.nih.gov/pubmed/7614208
https://www.ncbi.nlm.nih.gov/pubmed/7614208
https://www.ncbi.nlm.nih.gov/pubmed/7614208
https://www.ncbi.nlm.nih.gov/pubmed/7614208
https://www.ncbi.nlm.nih.gov/pubmed/7614208
https://www.ncbi.nlm.nih.gov/pubmed/22009005
https://www.ncbi.nlm.nih.gov/pubmed/22009005
https://www.ncbi.nlm.nih.gov/pubmed/22009005
https://www.ncbi.nlm.nih.gov/pubmed/19716496/
https://www.ncbi.nlm.nih.gov/pubmed/19716496/
https://www.ncbi.nlm.nih.gov/pubmed/19716496/
https://www.ncbi.nlm.nih.gov/pubmed/19716496/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3714812/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3714812/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3714812/
https://www.ncbi.nlm.nih.gov/pubmed/16129612
https://www.ncbi.nlm.nih.gov/pubmed/16129612
https://www.ncbi.nlm.nih.gov/pubmed/16129612
https://www.ncbi.nlm.nih.gov/pubmed/16129612
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4186476/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4186476/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4186476/

	Title
	Abstract
	Keywords
	Abbreviations
	Introduction
	Management

	Conclusion
	References

